Olmsted's syndrome
Olmsted's syndromel is a rare genetic disease that presents with symmetrical sharply defined mutilating hyperkeratotic plaques on the soles of the feet and palms of the hands, associated with periorificial keratotic plaques. Other clinical findings include flexion deformities of the fingers, localized alopecia, leukokeratosis of the tongue, shortness of stature and laxity of the large joints. Inheritance is autosomal dominant, although sporadic cases have been reported. Here we describe the further management of a child who was diagnosed at age 16 months after referral to the Hospital for Sick Children, Great Ormond Street, with hyperkeratotic plaques affecting the soles of his feet2.
CASE HISTORY
The keratotic plaques progressively became more confluent and increased in thickness, and by the age of 23 months the palms were showing similar changes. Periodically the mother pared them down with a surgical blade. The father was a West Indian who was unaffected, but the mother, a Jordanian, had been disabled by Olmsted's syndrome from an early age; she had lost several fingers as a result of autoamputation by tight constriction bands that formed around the bases of the fingers and toes. By 3 years, the child was showing failure to thrive and poor mobility due to painful keratotic areas on the soles of the feet and palms. Initially the areas of hyperkeratosis were treated with 1:80000 potassium permanganate soaks and regular application of 10% lactic acid lotion. Etretinate 1 mg/kg per day was tried but was discontinued when there was no therapeutic response. The child's fingers started to show flexion contracture deformities with tight constriction bands; in an attempt to save the fingers these were released and the right hand was given a partial thickness skin graft to the palm and a full thickness graft to the fingers. 5 months later, the skin of the left hand was excised to the deep dermal level of the palm and volar digital skin, a split thickness graft being applied to both areas. After the complete excision of hyperkeratotic skin and full thickness grafting in the right hand there was very little recurrence of the disease but the procedure was followed by vigorous flexion contracture formation within the grafted areas of the fingers. The partial thickness grafts in the left hand were not associated with such pronounced contracture formation but the keratotic plaques recurred to a much greater extent ( Figure 2 ). It is noteworthy that the disease process spares the dorsum of the hand, being confined to the knuckle pads. Subsequently, the right hand was operated on for release of syndactyly and flexion contractures and the left for further excision of the keratoderma with split skin grafting. The child gained substantial functional improvement with postoperative splintage of the hands and regular physiotherapy.
Treatment of the plantar keratoderma proved even more problematic. The soles became progressively more macerated, malodorous and fissured as the depth of keratin increased. Surgical treatment was therefore limited to shaving of the stratum corneum every 3-6 months with a skin-graft knife, under general anaesthesia. In an attempt to slow the disease process, radiotherapy was given to the affected plantar surfaces when the child was 9 years old-5MEV in two fractions of 5000cGy separated by 7 days. This slowed the recurrence of keratotic plaque but did not have lasting therapeutic effect.
Perioral keratoderma was noted in the earlier report2. When the child was 5 his dental surgeon observed a plaque on the buccal mucosa. However, on dental inspection 12 months later it had regressed. 
COMMENT
The treatment of Olmsted's syndrome remains unsatisfactory in that excision of the keratoderma and skin grafting gives a poor functional result. The keratoderma recurs after partial thickness skin grafting, though the rate of formation is reduced. Seemingly, the rate slows down with advancing years. This was the experience of the child's mother, and we expect that surgical paring will be needed less often as the child approaches adulthood.
A review of the published work has not revealed other effective treatments. In our patient early use of etretinate was unsuccessful, but Weda et al.3 report the case of an 11-year-old Japanese boy whose palmar hyperkeratosis (but not his plantar disease) responded to this drug. It had to be discontinued after 1 year because of periosteal thickening of the tibia. Abadir and Zurowski4 describe a 74-year-old patient who had radiotherapy for a squamous cell carcinoma arising in hyperkeratotic skin: the incidentally irradiated hyperkeratosis disappeared along with the carcinoma. However, we are reluctant to advocate further radiotherapy for a teenage boy, without certainty of lasting benefit.
